Introduction
============

Wegener\'s granulomatosis is an uncommon multi-organ disease first categorized as a distinct syndrome by Friedreich Wegener in 1936 \[[@B1]-[@B3]\] The hallmarks of this potentially fatal disorder are necrotizing granulomatous inflammation involving the upper and lower respiratory tract, glomerulonephritis, and vasculitis \[[@B3]-[@B6]\]. Wegener\'s granulomatosis may occur as a limited or generalized disease. The limited form of Wegener\'s granulomatosis runs an indolent course whereas the disseminated disease has a rapid progressive course leading to life-threatening multi-organ failure \[[@B2],[@B7]-[@B10]\]. Of the 2 types of Wegener\'s granulomatosis, patients with the generalized disease are known to have shorter life expectancy than those presenting with the limited disease. Renal involvement is associated with a more severe outcome for these patients \[[@B5],[@B8]\]. Wegener\'s granulomatosis has an insidious onset and usually develops over a period of time with the mean period from onset of symptoms to diagnosis ranging from 4.7 to 15 months \[[@B5],[@B7],[@B9]\]. Without treatment it is invariably fatal and most patients do not survive more than a year after diagnosis \[[@B11],[@B12]\]. Delay in the diagnosis of Wegener\'s granulomatosis is attributed mostly to the nonspecific presenting signs and symptoms associated with the early phase of the disease \[[@B3],[@B4],[@B8]\].

The most characteristic oral lesion is hyperplastic gingivitis, which is typically red to purple with many petechiae (strawberry gingivitis). These lesions may remain localized in the oral cavity for unusually long periods of time before multi-organ involvement occurs \[[@B7],[@B12]\]. Therefore, timely recognition of this often overlooked oral finding can help to establish an early diagnosis of this disease \[[@B4],[@B8],[@B11]\]. Management with appropriate therapy produces a good response in most cases, with only occasional relapses.

Case Report
===========

A 50 year old male was referred to the Oral Medicine Clinic at the Department of Oral Pathology, Oral Medicine and Peridodontology, Faculty of Dentistry, University of Malaya for management of unusual gingival lesions. Accordingly, the patient first attended the Primary Dental Care Unit here for a routine dental check-up. During the course of intraoral examination, large lobulated purplish-red swellings were found affecting the labial gingival mucosa extending from the distal of the right maxillary first premolar to the distal of the left maxillary central incisor (Figure [1A](#F1){ref-type="fig"}). The palatal gingival mucosa was uninvolved (Figure [1B](#F1){ref-type="fig"}). The patient was unaware of the onset of these swellings, and there were no associated symptoms of pain or bleeding. No other lesions were found elsewhere in the oral cavity. Panoramic radiographs did not show any evidence of underlying bony involvement. He was afebrile at the time of examination and his medical history was otherwise unremarkable.

![**A. Strawberry gingivitis has a characteristic appearance**. The present case consists of large lobulated, purplish-red swellings involving the labial gingival mucosa and extending from the distal of the right maxillary first premolar to the distal of the left maxillary central incisor. B. Examination of the palatal mucosa shows no evidence of similar lesions.](2047-783X-16-7-331-1){#F1}

Histopathological Findings
==========================

A decision was made to perform an incisional biopsy on the gingival growth under local anaesthesia. The specimen obtained was submitted for routine processing followed by staining with haematoxylin-eosin, Periodic acid Schiff, Grocott methenamine silver and Ziehl-neelsen.

Microscopic examination of the lesional tissues showed covering parakeratinized stratified squamous epithelium with an irregular lobular surface and exhibiting pseudoepitheliomatous hyperplasia (Figure [2A-B](#F2){ref-type="fig"}). In the underlying connective tissues, a granulomatous inflammatory response was observed. A diffuse mixed inflammatory cell infiltrate comprising mostly neutrophils which formed subepithelial abscesses (Figure [3](#F3){ref-type="fig"}) and smaller numbers of eosinophils, plasma cells and lymphocytes was present. Scattered multinucleated giant cells, some resembling Langhan-type giant cells with horse-shoe arrangement of their nuclei, were occasionally seen (Figure [4A-B](#F4){ref-type="fig"}). However necrotizing vasculitis was not evident. Special stains were negative for fungi and mycobacterial bacilli. Based on these histological findings and in correlation with the clinical presentation of strawberry gingivitis, a diagnosis of Wegener\'s granulomatosis was made.

![**A-B**. Incisional biopsy specimen of present case shows pseudoepitheliomatous hyperplasia (PEH) (arrows) and a mixed inflammatory infiltrate with abundant neutrophils and eosinophils in the underlying connective tissues (A, H&E; B, PAS; original magnification ×25).](2047-783X-16-7-331-2){#F2}

![**Subepithelial microabscess formation (PAS; original magnification ×100)**.](2047-783X-16-7-331-3){#F3}

![**A-B. Scattered multinucleated giant cells (MGC) (arrows) are present in the lesional connective tissue area, occurring side by side with mixed inflammatory cell infiltrate.(A, H&E; B, PAS; original magnification ×200)**.](2047-783X-16-7-331-4){#F4}

Management
==========

The patient was referred to the Medical Department for a systemic work-out. Investigations yielded normal indices for haemoglobin, complete blood count, erythrocyte sedimentation rate and urine analysis. Chest X-rays were also normal. ANCA test was not available.

A decision was taken to treat the patient with prednisolone 60 mg daily and cyclophosphamide 100mg daily.

At one and three weeks post-treatment, a dental evaluation showed that the gingival swellings had completely resolved (Figure [5A-B](#F5){ref-type="fig"}). Subsequent reviews were uneventful.

![**A-B. Clinical review of the present case shows regression of the gingival lesions at one week (A) and complete resolution at three weeks (B)**.](2047-783X-16-7-331-5){#F5}

Discussion
==========

The American College of Rheumatology (ACR) recommended that the diagnosis of Wegener\'s granulomatosis can be made if two of the following criteria are fulfilled:1) ulcerative lesions in oral mucosa or nasal bleeding or inflammation, 2) nodules, fixed infiltrates or cavities in chest radiograph, 3) abnormal urinary sediment and 4) granulomatous inflammation on biopsy \[[@B7]\]. In the present case, criteria 1) and 4) were met. Strawberry gingivitis and demonstration of granulomatous inflammation in the gingival biopsy supported the diagnosis of this case as Wegener\'s granulomatosis. However, there was no history of epistaxis nor pulmonary infiltrates or abnormal urine findings in our patient. Furthermore, his routine blood analysis was also noncontributory.

In the absence of other systemic findings, other differential diagnoses need to be considered for fleshy vascular gingival growths. Gingival enlargements are not an uncommon finding in the daily clinical practice. Majority of these lesions represent reactive hyperplasias due to plaque-related inflammatory gingival disease \[[@B13]\]. Drug-induced gingival hyperplasia as encountered in patients on dilantin (Figure [6A](#F6){ref-type="fig"}), cyclosporine or nifidepine therapy formed the other clinical important group of gingival entities \[[@B14]\]. Vascular lesions that may occur in the gingiva included haemangiomas \[[@B15]\], pyogenic granulomas (Figure [6B](#F6){ref-type="fig"}), peripheral giant cell granulomas \[[@B13]\] and the more ominous entities such as Kaposi\'s sarcoma \[[@B16]\]. Oral potentially malignant disorders may also present with a significant vascular component \[[@B17]\]. Therefore histological verification supported by clinical and other investigations are necessary to differentiate the lesions from strawberry gingivitis.

![**A-B. Examples of other gingival overgrowths that may present as vascular fleshy swellings. A, dilantin-induced hyperplasia and B, pyogenic granulomas**.](2047-783X-16-7-331-6){#F6}

In summary, a case of strawberry gingivitis presenting as the first sign of Wegener\'s granulomatosis is described. The clinical lesson from this case report is that early recognition of the characteristic presentation of the gingival lesions of this potentially fatal disorder led to the timely management of the disease.
